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®EWBA 100 U/ml npax u pa3TBopHTe.I 3a HHtlJyaﬁonen pa3TBoOp
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AKTHUBHOCT, 3a00ukansia nuxuburopa Ha gakrop VIII
FEIBA 100 U/ml powder and solvent for solution for infusion
Factor VIII Inhibitor Bypassing Activity

[Ipouerere BHHMATE/IHO USIJIATA JIHCTOBKA, NPE/H a4 321104 HeTe 1A H3110/13BaTe TOBA JIEKaPCTBO,

Thil KAaTO TH ChAbPKA BaxkHA 3a Bac undopmauus,

- 3anasere Ta3u JUCTOBKA. MOXe /1a ¢€ HaJIOXKH /1a 5l IPOYETETE OTHOBO.

- AKO UMaTe HAKAKBH JIOMbJIHUTE/HH BBIIPOCH, MonuTaite Bawus nekap uiu ¢papmaiesr.

- ToBa siexkapcTBo € npejanucado Ju4Ho Ha Bac. He ro npeorcronsalite Ha apyru xopa. To Mmoxe aa
MM HaBpeJH, HC3aBUCHMO Y€ [IPU3HALIMTE Ha TAXHOTO 3aboJ1siBaHe ca chluTe KaTo Bamure.

- AKO MOJIyYUTE HSIKAKBH HEXEJIaHH JIEKapCTBEHH peakilMy, yBeaoMeTe Baluus nekap uiu
(papmaneBT. ToBa BK/IHOYBA U BCHYKH Bb3MOXKHH HEXKEJIAHH pEaklMK, HEONMCAHH B Ta3H JIHCTOBKA.
BuxTe Touka 4.

KakBo CbAbpaKa TA3H JIMCTOBKA:

|. KakBo npeacrasissa ®EMBA 1 3a kakso ce u3nosnssa

2. KakBo Tpsi6Ba aa 3naere, npeau aa usnosssare GENUBA

3. Kak na u3nonssare ®EUBA

4. Bb3MOXHH HEXEJIAHH PeaKLMH

5. Kak na cbxpanssare GEMBA

6. ChaAbprKaH1e Ha Ol1aKOBKATa U J0NbJHUTE/IHA HH(pOpMALIUS

1. KakBo npeacrasisiBa ®EMBA u 3a KaKBo ce H3110/13Ba

OEWDBA e npoaykr, 110/1y4eH OT YOBELIKa 1a3mMa, KOWTO 103B0J1siBa JIeYEHHE Ha KPbBOM3JIMBY JIOPH
KOraTo OT/AC/HM KOoary/lallHOHHH (PaKTOpH ca NOHUIKEHH WIIM JIMIICBAT.

OEWDBA ce u3noassa 3a npoduaakTuka 1 JieueHue Ha KPbBOW3JIMBH TPHU MALMEHTH ¢ XeMounsa A ¢
HaJIMYMe Ha HHXUOUTOPH.

OENUDBA ce u3nonssa 3a jieueHUE HAa KPbBOM3IMBH NPH NALUEHTH ¢ XeMopuIus B ¢ HaiiMyue Ha
MHXHUOUTOPH.

Ocsen ToBa DEMBA moxke aa ce u3nosssa 3a jieyeHue U poduiakTHKa Ha KPbBOH3JIMBM NPH NallMEHTH
0e3 xeMO(HIIHS, KOUTO umMaT NpuaoOoUTH HHxuburopu Ha daxkrop VIII.

Ocsen ToBa FEIBA ce u3inosn3sa 3a npouiiaktuka npu XHpypryuHi MHTEPBEHLIMH MPH NALUEHTH C
XEMOPHIIUA A C HAJIHUHE HA MHXUOUTOPH.

OEWBA moxe a1a ce W3110/13Ba 38 BCHYKH Bb3pacTOBH I'PYIIH.
2. KakBo TpsiGBa na 3naere, npean aa uinoassare ®PEUBA
Mouns undopmupaiite Bauus siekap, ako ymarte U3BeCTHA alleprus.

Mous undopmupaiite Bauims jekap, ako ¢Te Ha HeTa ¢ HUCKO CbAbpXKaHWe Ha HATPUH




He n3noassaiite PEHBA

B cneannte cutyaund GEMBA tpabsa na ce 13n013Ba CaMO aKo HE MOXKE Jd C€ OUAKBA NIOB/MABAHE OT
NIEYEHHUETO ¢ KOHLIEHTPAT HA CbOTBETHHA KOArylaluuoHeH hakTop, HanpyuMep nopajn MHOTO BHCOK THTBP
Ha HHXUOUTOPH.

. aKo CTe a/1ePruvHH (CBPbXHYBCTBHUTEIHU) KbM aKTUBHOCT, 3a00ukansaia HHxubHUTOpa Ha
¢aktop VIlI, n.iu 1aKkon OT ocTaHaiMTe CbCTABKH HA TOBA JIEKApCTBO (M30POEHH B TOUKA 6),

. aKo ¢ HaluLe AMceMuHUpaHa WHTpasasaiaHa koaryaauus (JIMK). (UK = npepa3xonna
KoaryaomnaThs, sk MBOTO3acTpallaBallo CbCTOAHME, NPH KOETO HACTHLNBA NPEKOMEPHO ChCHPBAHE Ha
KpbBTa ¢ H3pa3eHo 00pasyBaHe Ha CbCUPELM B KpPLBOHOCHHTE Cb0Be. BrniocneacTsHe TOBa BOAH A0
H3yepnBaHe Ha KoaryjJauuoHHUTE GaKTOPH B LEJINA OPraHU3bM).

. B cayual Ha ocTbp MH(APKT Ha MHOKapaa, ocTpa Tpom6o3a n/uau emGonusa: PEMBA Tpabea na ce
H3M0I3Ba CaMO 1IPH XKHBOTO3ACTPALIABALLM KPbBOH3IMBH.

[IpexynpexgeHus u NpeInasHu MEPKH y
["oBopete ¢ Baiuus nexkap npeaud aa uinonssate QENMbBA, Ti kaTo MoXe 1a ce NpOABAT peakLnH Ha
CBPBXUYYBCTBUTENHOCT, KAKTO € IPH BCHYKH HHTPaBEHO3HO NPHUIAraHH NNasMeHH NMPOAYKTH. 3a 1a
MOXKETE Ja Pa3o3HaeTe anepruyHaTa peakuus segxsara, Bue tpa0sa aa cte 3ano3HarTH € NOTEHUHATHHTE
pPAHHH CHMIITOMH Ha peaKlivs Ha CBPBbXYYBCTBUTENHOCT, KATO HANPHMED

- EpUTEM (3auepBABaHE HA KOXaTa)

- KOKeH Q0pus

- NOSBA Ha YPTHKH [10 KOXKATa (KONPHUBHA TPECKa/YPTHKAPHS)

- ChpOEX MO UANOTO THAO

- NOAYBaHe HA YCTHHUTE U €3UKa

- 3aTPYAHEHO AMLIAHE/ IUCIIHES

- CTArAHE B bPAUTE

- 00110 HepasilooXKeHHe

- 3aMAasHOCT

- NOHKKABAKE Ha KPbBHOTO HANAI'AHE

Jpyrd CHMNTOMH Ha peaKkllHi Ha CBPBLXUYBCTBUTE/IHOCT KbM [IPOAYKTH, NOJYUEHH OT NJ1a3Ma, BKAIOUBAT
AeTaprus ¥ 0e3nokofcrBo.

AKo 3a6eneKuUTe €RMH WJIK NOBEUE OT TE3UW CHMNTOMH, CNPETE UHQPY3IHUATA BEAHAra U CE CBBHPIKETE
HesabaBHO ¢ Bawus nexap. ['opecnoMeHarure CUMITOMK MOXeE Aa ObAAaT paHHU NPH3HALUM Ha
aHadHIAKTHUYEH WOK. TeXxKuTe CHMNTOMH Haarat CnellHo JeUeHHUeE.

BawiusaT nexap e u3io:138a noropio ®EUBA npH nauMeHTH che CbMHEHHE 38 CBPbXUYBCTBUTEIHOCT
KbM NPOAYKTA M/IM KbM CbhCTABKHTE MY CaMQ C.1el BHUMATEHA NpeLieHKa Ha 0YaKBaHaTa noj3a B pHcKa
OT MOBTOPHOTO NMPUI0KEHHE, W/UJIK OHAKBAHATA JIMIICE HA NOBAUSBAHE OT APYIrO NPOPHIAKTHYHHO
JIEYECHHUE, K ANTEPHATHBHHUTE N1e4ebHU cpeacTsa.

— AKO W3NKUTBATE CCPHO3HU NPOMEHH B KPLBHOTO HAJIAIAHE UK NYNCOBATA YECTOTa, 3aTPYAHEHO
AWLLAHE, Kaul.imua nin 00nka B repanTe, cnpere HHQY3MATa BEAHAra U e CBbpXeTe ¢ Bawung
nexap. To# e npeAlipHEME ChOTBETHHTE AHATHOCTHUHH U TEPATIEBTUYHH MEPKH.

~ [Ipu naumeHtu ¢ xeMopuiIns ¢ HHXHOMTOPH MK NPUAOOHUTH HHXHOHTOPH Ha KOAryJaluHOHHH
daxktopu. Ilpu nedenne ¢ OEHMBA Te3u nauueHTH MOXe 13 KMAT MOBHIUEHA CKIOHHOCT KbM
KPBbBOH3JIUBH M ¢JIHOBPEMEHHO C TOBA 110-BHCOK PHCK OT TpoMboO3a.

B xona Ha neyenuero ¢ DEMBA ca Habntopasanu TpoMOoTUYHH U TpOoMOOEeMOOIHYH
BKJIOUMTE/IHO AMCEMHHYpana HHTpaBa3anda koarynauus (JIMK), seHoszna tpomb03
eMOonus, HHMAPKT Ha MUoKapaa ¥ MHCyAT. EaHoBpemednHaTa ynoTpeda Ha pekombu
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(rFVIla) BepoaTHO OBULIABA PUCKA OT pa3BUTHE HA TpomDoeMbonuuKo cbOuTHE. Hakon or
TpoMboeMBoanYnNTE CLOMUTHA Ca Ce NPOABABAIIH MPH JICUHEHHE C BUCOKH J03M GENBA.

B npoyuBaHe, MPOBEACHO OT ApYyra KOMNaHH4, 32 OLEHKA HA eMHLM3YyMa0 (IeKapCcTBO 3a
Npej0TBPATABAHE HA KbPBEHE [PH NALKEHTH C XeMODHIINA A), HAKOW NALHEHTH, NOJYYHIH KHLUHJIECHTHH
KPLBOH3JIKWBH, Ca IEKYBAHHU ¢ GEWBA 32 KOHTPO.1 Ha KbPBEHETO W IPH HAKOH OT TE3W NALHEHTH CE
pa3BuBa TpOMOOTHHHA mukpoarrvonaTtns (IMA). TMA € cepMO3HO H IOTEHUHANHO
’KMBOTO3acTpallanallo cberosinne. Korato xopata UMaT TOBa ChCTOAHKME, BbTPEWIHATA OOBMBKA Ha
KPbBOHOCHHUTE CBJOBE MOXE Jla Oble YBpe/EHA Y B MAJIKMTE KPLBOHOCHH CHAOBE MOTaT Aa C€ Pa3sBUAT
KPbBHH ChCHpeLn. B HAKOM cnyvan TOBA MOXE Aa IIPHYKHHK yBpexAaHe Ha 6b0OpenuTe H APYrH opraHy. B
cayqa#h Ha MHUMACHTHH KPBLBOU3JAHBH N0 BPEME Ha NpodHIaKTHKA ¢ eMuilv3ymMal, HezabaBHoO ce
CBbPKETE C JIEKYBalLHS XeMODHIMATA JIeKAp WK ¢ LEHTbPa 34 JIeUeHHe Ha XeMOpDHHA.

Korato nexapcTBa ca [10J1Y4EHH OT YOBELIKA KPbhB MK NJa3Ma Ce npujarar Olpeae/IeHH MepKy, 3a fa ce
NnpeZoTBPATH MpeJaBaHeTo Ha HHQEeKUrK Ha nauMeHTuTe. ToBa BKIHOYBa BHUMATENEH noabop Ha
JIOHOPHTE Ha KPBB H 11.1a3Ma, 33 /18 C€ rapaHTHPa, 4Ye Ca U3KIIOUYEHH Te3H, IPH KOUTO ChILECTBYBA PHUCK Ja
ca NPeHOCUTEN HAa HHPEKUHUH, KAKTO U H3CNE/IBaHe HA BCHUKH AAPEHH KOJHYECTBA H HA TUTA3MEHHKA My
3a NpH3HauM Ha BUpycu/nudexunn. [Ipon3BoauTENHTE Ha TAKHBA NPOAYKTH BKJIIOYBAT OCBEH TOBA H
eTand B npepaboTKaTa Ha KPBLBTA W MJ1a3MATa, IPH KOUTO C& MHAKTUBHPAT KHIIH OTCTPaHABAT BHPYCHTE.
Bhnpeku Te3u MEpKH, HpH NpUIaraHe Ha JEKApCTBEHH NMPOAYKTH, NNOJIYUEHH OT YOBELIKA KPBB H NIIa3Ma,
BB3MOXKHOCTTAZ OT NpejlaBaHe Ha HHPEKUNH He Moxe Aa Obae U3KMOUueHa HaTbHO, TOBa Ce OTHACA U 3a
BCHYKH HEH3IBECTHH MM HOBOIMONBU.IH C€ BUPYCH WJIM JIPYTH BHAOBE HHpEeKUNH.

[IpeanpueTHTe MEPKH CC CHUTAT 3a ePEKTUBHY CIIPAMO OOBUTH BUPYCH, KaTO HaNMPHMEP YOBELIKHS
umyHoaepruuTen Bupyc (HIV), supycure Ha xenatut B v xenatur C, kakTo # CPAMO HEOOBHTHA BUPYC
Ha xenatdT A. [lpeanpueTuTe MEPKH MOXE Ja UMaT orpadiyeHa ePEKTUBHOCT CNPSAMO HEOOBHTH BUPYCH,
KaTo Hanpumep napeosupyc B19. Mudexuundara npuyrHena ot naposupyc B19 Moxe 1a € cepHo3Ha Mpu
OpeMeHHM HeHu (MHpeKkunst Ha NIoAa) H NPpY XOpa, YUATO UMYHHA CHCTEMA € NOTHCHATA HJIH KOWTO HMaT
HAKAKbB BHJ aHeMMs (Hanp. CbpNOBHAHO-KIETbYHA HIH XEMOJIMTHYHA aHEMHA ).

BauinaT nexap moxe j1a By npenopbya 1a odMUCAKTE BaKCHHALMSA CPELlY XenaTHT A ¥ B, ako Ha Bac
peOBHO WX MHOrOKpaTHO BH ce npunaraT npoaykTy cpelly Huxuburopa Ha ¢axrop VIIL, nosyyenu or
nnaima.

Cnen npunoxerue Ha Bucokyu ao3n DEHBA, npexoaHoTo noBKiiaBae Ha NaCHBHO [PEXBLPEHH
MOBLPXHOCTHH @HTHTEIA CpeLly Xenatut B, Moxe Aa goeeae A0 QanllinBO MONOXKHATEIHH PE3YITATH TIPH
CEPOJIOrHYHO U3CNEABAHE,

®EWBA e nipoiyKT, HO;TydeH OT [11a3Ma  MOXE Ja ChAbPka BELECTBA, KOWTO Pearupar NpH BJIHBAHE HA
NaLMHeHTH, BOAEHKY 10 110982 HA UIOXEMATTIYTUHUHH (AHTHTENA, KOUTO [PHUYNHABAT CJIENBAHE HA
YEPBEHUTE KPBBHHU KICTKHM, IIONYYEHH OT APYro jguue). To3u npouec MOXKeE a L0BEAE 40 NOABSHKAaLlLH
PE3YJITATH NPH KPbBHUTEC U3C/IEABAHHA.

HacToateiHo ce npenopbyBa BCEKM NMbT Koraro Bu ce npunara no3a PENUDBA, aa ce sanuceat UMETO
MapTHAHWAT HOMED Ha IPOAYKTA, € LIEJ A Ce NOKYMEHTHPAT U3MNOMA3IBAHKTE MapTHAH.

Heua

OnuTbT NpH Acua Ha BL3PacT NojA 6 rogMHH € orpaHuyeH. J1030BHAT pexxuM NpH Bb3pacTHH TpaOBa aa
Obje aaanTHPaH KbM KIHWHHYHOTO CbCTOSHHE HA ACTETO. —




Jpyru aexapersa 1 PEMBA

Tpabsa aa kaxxere Ha Bauius nexap wnav ¢papmMauesT, ako rpHEMaTe, HaACKOPO CTE MPUEMATH HIIH €
Bb3MOXKHO J1a NpHeMare Apyry JeKapcTaa.

He ca nposexaaHy noaxoa8Lid U 4o0pe KOHTPOIUPAHH NPOYyUBaHHs Ha €AHOBPEMEHHA HITH
nocneaoearenta ynotpeba Ha OEUBA ¢ pexoMBunanTter axrop Vila, aHTHOHOPHHOANTHLY HIH
eMmuun3ymad. [Ipu u3nonzsaHe HA CUCTEMHH aHTHPHOPUHOIMTHUM, KAaTO HAPKMEDP TPaHEKcaMOoBa
KUCEMWHA U aMUHOKANpoesa KUCeIMHA, N0 BpeMe Ha JiIeueHHEeTO C OENBA TpsAOBa Aa ce UMa MPEABKHI
BEPOATHOCTTA OT TpomMBOTHYHHU cBOUTUSA. 3aTOBA B NpoabKeHUe Ha npubansntenHo 6 10 12 yaca cnen
NPUIOKEHHETO Ha ®OEWBA ne TpsAOBa Aa C€ U3M0,13BaT aHTHPHOPHHONHUTULH,

B cnyuaii Ha eaHoBpeMenHa ynortpeda na rkVila, cnopea HaandHuTe in vitro JaHHH U KJIHHHYHH
HaONIOAEHHA HE MOXKE 13 C& M3KIIIOYH NOTEHIIHANHO JEKaPCTBEHO B3aHMOAEHCTRHAE, MOTEHLHANHO
BOAELLO 10 TpomBoembonnuHy chOuTHA. YBeaomere Bawus nexap, ako Tpaba na ce nexysate ¢ DEUBA
CNEl KATO CTe NOJYHHIK eMHLU3YMal (1eKapecTBO 3a NPEAOTBPATABAHE HA KbPBEHE NPH NAUHEHTH C
xeModuans A), Thil KaTo HMa CICUMMHYHU NpEeayNpPeXACHUA H Npeana3Hy Mepk, KOMTO TpsadBa aa ce
MMaT npeaABua. BawusT nekap wie tpadsa ga Bu Habn1101aBa BHUMATENHO.

KakTo npy BCHYKH KpbBHH KOAryJaudOHHH MPOAYKTH, OENBA He Tps6Ba aa ce cMecsa ¢ Apyru
IEKAPCTBEHH NPOAYKTH MPEAH NpUlOKeHue, Toil kaTo Morat Ja 6baaT 3acerHaTu e(pUKacHOCTTa H
NOHOCUMOCTTA KbM MPOAYKTA.

[Ipenopbysa ce npead U ciel NPHIOKEHHETO Ha OEHNBA, 06LUMAT BEHO3€EH JIOCTBI A3 CE NPOMHBA C
(pH3IMONOrMyEH pasTBop.

bpemeHHOCT, KbpMeHe U QepTUHInTeT

AKO cTe DpeMeHHa K14 KbDMHTE, CMATATE, Y€ MOXKE Aa cTe OpeMeHHa Ui NNaHnpaTe OpeMeHHOCT,
nocbBeTBaHTE ce ¢ Baiuus siekap uau papMauesT npeau ynotpebarta Ha TOBA 1€KapCTBO.

Bawmst nexap we npeuenu ganu GEUBA moxe aa ce nonssa 1o BpeMe Ha 6PEMEHHOCT H KbPMEHE.
[Topaau noBHlIEHHS pUck OT TpomBo3a no Bpeme Ha 6pementoct, PEMBA Tpsbsa aa ce npunara camo
MOA BHUMATEJIEH MEAULIMHCKH KOHTPON U npH abconoTHa Heobxoaumoct. UHdopMaunsg 3a uugekums ¢
napsosupyc B19 uie Hamepute B Touka [lpeaynpexaeHds ¥ npeana3sHu MepKH.

lllopupane H paboTa ¢ MAILIHHH

Hsama nanun, ye DEUBA Moxe na noeane cnocobHocTTa 3a iodupane ¥ paboTa ¢ MaLLHHHY,

®EHNBA cbabpxa HaTpHii

500 U

ToBa nekapcTBO chbiAbpka Npuban3uTenHo 40 mg HaTpui (OCHOBHA CBCTABKA Ha roTBapcKaTa/Tpanes3Hara
COJ1) BbB BCEKH (hIaKOH. T0OBa KOJIIMYECTBO € €KBUBANICHTHO HA 2% OT NPENOPBUUTENHHUS MAKCUMATIEH
AHEBEH XPAHHUTE/IEH [IPUEM HA HATPUH 338 Bh3PACTEH,

1000 U
Tosa nexkapcTBO chabpxa npudausuTenno 80 mg Hatpuit (OCHOBHA CbCTABKA HA rOTBapCKaTa/Tpane3Hara
COJI) BbB BCEKHU (paKoH. T0Ba KOIUYECTBO € CKBHBANEHTHO HA 4% OT NPENOPBLUNTENHHA MAKCH
AHEBEH XPAHHWTEJIEH NPUEM HA HATPHH 32 Bb3PACTEH.




2500U

Toea nekapcTBo Crabpka npubnuznrento 200 mg narpuii (ocHOBHa CbCTaBKa Ha
roTBapcKaTa/Tpane3HaTa coi) BbB BCEKU gnakoH. ToBa koaMuecTBo € exBuBaneHTHO Ha 10% or
NPenoOPbYUTEIHHA MAKCHMAIEH 1HEBEH XPAHHUTEJIEH NPHEM HA HATPHH 3a Bb3pacTeEH.

3. Kak na u3nomsate ®DEHBA

PasTBopere nuodunnzupanusa npax PEMBA ¢ npeocTaBeHUa PA3TBOPHTE ¥ IPHIIOKETE pa3TBOpa
HHTPABEHO3HO.

Buxaru usnonssaitte roBa JiekapCcTBO TOMHO KaKTO By e kazan BawuaT nekap. AKO He CT€ CUTYPHH B
Helwo, nonuTaitTe Bawus ;lexap unu gapmauesr,

BawuaTr nekap e onpeienns TM4HO 32 Bac 103aTa U HHTEPBANKTE HA NPHIOKEHUE NMPEJBUA TEXECTTA HA
HAPYLUEHHETO Ha KPbBOCHCHPBAHETO, MECTONONOXKEHUETO U CTENEHTA HAa KPbBOH3/IHBA, KaKTo H 00LLIOTO
By KJIMHHYHO ChCTOSIHME W NOBJIMABaHE OT NpoAyKTa. He npoMeHaiiTe 103MpoBKaTa, ONpEeACneHa OT
Baiwuus nekap, 4 He criupainTe CAaMOCTOSTE/IHO IPHIOKEHHUETO Ha IPOAYKTA.

Mons rosopete ¢ Bawing nekap nian ¢apMaleBT, ako UMaTe BIIEYATIEHHE, Ye ePeKTbT Ha OEUBA e
TBbPAC CHJIEH WK TBBPAC €.1a0.

an,IIH MPpHJIOKCHHUC 3aTOMICTE (TPOAYKTa A0 cTafiHa WU TeJIeCHa TeM néparypa, ako € HeoDX0AUMO.

OENBA TpsfBa 1a ce pa3TBOpH HEMOCPEACTBEHO NPEAH NpunoXkeHne. PasTeopeT Tpabea aa ce H3nonssa
He3abaBHO (TbH KATO NPOAYKTHT HE CbABPKA KOHCEPBAHTH),

3aBbPTETE NEKO AC IIL.IHO pa3TBapsHe HA maTepuaiia. Yesepere ce, ue OEHUBA e vanbvaHo pa3TBopeH, THH
KaTo B MPOTHBEH Cay4ai [1pe3 PUJITbPA Ha M3AEJHETO LWE NpeMUuHaT no-mainko eanHuun OEWDBA.

Pa3TBOpPHTE, KOUTO Ca MbTHH HJIM UMAT OTJ1aralus, TpadBa Aa ce W3XBBPJIAT 110 CbOTBETHHA HAYMH.
He #3non3paiiTe NOBTOPHO OTBOPEHHUTE QUIAKOHH.

3a pasTBapsaHe H3Noa3BaiTe caMo NPEACCTABEHATA BOAA 3@ HHIKEKLIHH U NPeJOCTaBEHHUSt KOMIUIEKT 3a
pa3TBapsHe.

AKO C€ M3MOA3BAT U3IC:IMA PA3IUYHH OT NPEAOCTaBEHHTE, TPAOBa Na ce rapaHTHpa U3N0JA3BAHETO Ha
NOAX0ASW DHATLD ¢ MOICMKHA HA OTBOpHTE Hal-Masiko 149 pm.

He u3nonssaiiTe npoaykra, ako cTepuaHaTa faprepa € HapylleHa, 0[aKOBKATa My € NOBPEACHA UM Ca
HaJMUe MpU3HalK Ha B.iollaBaHe KA4eCTBOTO HAa NPOAYKTA.

Crnep pa3TBapAHC HC CT:KPHHHBHFITE B X.1aHJIHHK.

Caea mpanoTo pasztBapsne Ha DEWBA Herosoro uuxexTHpane Han MHdY3us TpadBa 4a 3anoyHe
He3a0aBHO W 1 NPHKJIIOYY B PAMKHTE Ha TPU Yaca /el pasTBapsHeTo.

Hen3noa3eBaHUAT NPOAYKT K OTNATBbYHMTE MATEPHANH OT Hero TpAbBa a ce U3XBBLPIAT B CLOTBETCTBHE
C MECTHHTE M3HCKBaHHUSI. .




Pasrsapsine Ha npaxa 3a npurorssine Ha nugysnonen pasrsop nocpeacrsom BAXJECT II Hi-Flow:

3aTorieTe HeOTBOPeHUs (DJ1IaKOH C pa3TBOPHUTE. (BO/1a 38 MHXKEKLIMHK) JIO CTaliHa TeMIepaTypa HiH
Makc. +37°C, ako e HeoOX0IMMO Hanpumep ocpeAcTBOM BO/IHA OaHs 3a HAKOJIKO MHHYTH.
OtcrpaHere npejiiazinuTe Kanadku v ae3snHpexurpainTe ryMeHuTe 3anyluajiky Ha ¢JiakoHa ¢ npax
W TO3M ¢ pazrtBopure.l. [locrasere iakoHUTE BLPXY paBHa MOBbPXHOCT.,

Otropere onakoskara Ha BAXJECT Il Hi-Flow karo u3jbpnare npeanasHoro ¢oJivo, 6e3 aa
JIOKOCBATE Ch/IbP/KAHMETO Ha onakoBkata (¢ur. a). He uzBaxjaire Bce olle cucTeMara 3a
[MpeXBbPJISIHE OT OlIAKOBKATa.

3aBbpTETE ONAKOBKATA OT JAPYIHs Kpaid U HATHCHETE NPO3pavyHUs 111acTMACOB LWHQT npe3 ryMeHara
3anyluajika Ha ¢paakona ¢ pasrsopuren (¢ur. 0). Caejl ToBa oTcTpaHeTe ornakoBkara oT

BAXJECT II Hi-FFlow (¢wur. B). He orcrpansiBaiiTe Bce ollle CHHATA npejinasHa Kanaika or
BAXJECT II Hi-Flow.

Cnen ToBa o0bpHere cucremara, cberosia ce or BAXJECT I Hi-Flow n ¢nakona ¢ pasrBopuTe,
raka ye QakonsT ja e orrope. Harucuere sunasus wudt va BAXJECT II Hi-Flow BbB ¢dniakona ¢
OEWBA. BakyymbT Liie H3Teriu pasrBopures Bb (iakona ¢ ®EUBA (¢ur. r).

3aBbpTETE BHUMATE/IHO LsjaTa cucTema, 0e3 J1a s paskiialare, 10 pa3TBapsiHETO Ha npaxa. Y Bepere
ce, ye DEMBA e HairbJIHO pa3TBOpeH, Thil KATO B NPOTHBEH Clly4all akTHBHOTO BELLECTBO MOJXeE J1a
Obae 3a1bpKaHoO OT (PuiITbpa HA CUCTEMATA.

dur. a Dur. 0 Dur. B

Undysus

M3nonssaiiTe acenTuyHa TeXHUKA 110 BpeMe Ha usiara npoueaypa!

1)

2)

3)
4)

Otcrpatere cunsita npeanasta kanadka or BAXJECT I1 Hi-Flow. Cebpxkere 31paBo
cnpuHuoskara kbm BAXJECT II Hi-Flow. HE U3TETJISSUTE BB3JIYX B CITPUHLIOBKATA.
(Dwur. 1). 3a 1a ce rapanTupa 31paBo cebp3Bane mex iy crnpuHioskara 1 BAXJECT II Hi-Flow,
HACTOSATE/IHO CE [1penopbYBa U3I1013BaHEeTO Ha ClpuHIlOBKa THI ,,JIyep JIOK™ (npH MOHTHpaHEeTO
3aBbPTETE CIIPUHIIOBKATA 10 N10COKAaTa Ha HaCOBHHUKOBATA CTPEJIKA, JI0KATO CE 3aCTOIOPH ).
OO0bpHETE cHCcTEeMara, Taka 4e pa3TBOPEHHUAT IPOAYKT Ja ¢ otrope. M3rersiere pa3rBopeHus
NPOAYKT B crnipuHiioskara upe3 bABHO uzanprsane Ha Oyrajioro Haj10i1y, KaTO C€ YBEPHUTE, Y€
BAXJECT II Hi-Flow u cnipyHiloBkara ocrasar 3/ipaBo CBbP3aHH (1pe3 LejIus Npouec Ha
H3abprBaHe (hui. ¢).

Otaenere CrpyHIIOBKATa.

AKO NPOAYKTBHT B CIIPUHLIOBKATA CE€ 3allCHH, U34aKkalTe, J10KaTO nsHara crnajaHe. baBHo rpuioxkere
pa3TBOpPa MHTPABEHO3HO MTOCPEACTBOM MpejocTaBeHara HHPy3HOHHA CHCTEMA. .
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Qur. r Dur. i Qur. e

He nagsumasaiite ckopoct Ha Hudy3usi or 10 U ®EMBA/Kg Te/1ecHO Terjio B MHHYTA.
AKO CTe H3M0/13BaJIM noseye oT HeoOxoaumara 103a PEUBA

Mouis unpopmupaiite HezabaBHo Bawuus nekap. [1pego3upane ¢ GEWBA moxe 1a OBHILH pHCKa OT
HeXeJlJaHU CbOUTUSA KaTo Hanpumep TpomOoemO0.IHs (00Opa3yBaHe HA KPbBEH CbCHPEK ChC 3acs/laHe B
KPbBOHOCHUTE CbjoBe), lpepa3xoana koaryaonarus (JIMK) uiau undapkr Ha muokapaa. Hskou or
cboOueHuTe TPOoMOOEMOOIMUHK CHbOUTHUS ce nposssiBaT 1pu 4034 Haja 200 U/Kg “iM npy NaLUUeHTH ¢
APYrH pUCKOBH (hakTopH 3a TpOMO0EeMOO0IMYHH CLOHTHSA. AKO ce HAlJIK0/1aBaT NNpU3HaLM HJIH CUMIITOMH
Ha TPOMOOTHYHM U TPOMOOEeMOOJIHUHU CLOUTHS, MH(DY3HsiTa TpaOBa jla Objae cripsiHa He3abaBHO U Ja ce
npeanpueMar CbOTBETHH JAMArHOCTUYHU U TEPaICBTHYHHU MEPKH.

4. Bb3MOKHH HEXEJIAHH PeaKIHH

KakTo BCHUKH JACKAPCTBA, TOBA JICKAPCTBO MOXKCE Jla 11PC/IM3BHKA HCXKCIIAHH PCAKLIHH, BLIIPEKH HC HC
BCCKH I'H N1OJ1yHaBa.

YecTn HexelaHu peakuuu (Morar ja 3acersar 0 | Ha 10 yoseka)
CBpBbXUYBCTBHTEJIHOCT, IJ1aBo00/IHEe, 3aMasHOCT, XUITOTOHHUS, OOPUB, MOJIOKHUTEIHH PE3yJITATH 34
MOBbPXHOCTEH @HTHIEH Ha XenaTuT B.

HexelanHu peaknHH ¢ HEH3BECTHA YeCToTa (OLEHKA HAa YecToTara He MOXe a Ob/e HanpaBeHa OT
HAJIMYHHUTE JIaHHH )

Hapymenusi Ha KpbBTa K JJUM@PHATA cueTema: npepasxojiHa koarysonarus (JAUK), nosuiueH THTbp Ha
HHXHOHTOPH

Hapymenusi Ha uMynHarTa cucrema: aHauJIaKTHYHHY peakilii, KOIIPUBHA TPECKa 10 LSJIOTO TSIO
(Yyprukapus)

Hapymenusi Ha HepBHATA CHCTEMA: YCCIUAHE 3a U3TPLIIBAHE HA KpalHULIMTE (XUITECTE3Us),
[MaToJIOMMYHM HJIK OTC1A0CHHN yCelllanus (napecresus ), HHCYAT (TpomOOTHYEH, eMOOJHYEH ), ChbHJIUBOCT
(COMHOJICHLIHS ), MPOMCHCHH BKYCOBH yCCLLAHUS (JIMCIey3Hnst)

CbpaevyHH HApYUWIEeHHs: Cbp/leyeH yaap (MH(apkT Ha MUHOKapaa), cCbpuebueHe (Taxukapaus)
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PecnupaTopHy, rpLAHY B MeHACTHHAJIHH HaApYUleHHs : 3anyluBaHe Ha 6enoapobHara aprepus
(benogpobua eMOO0aKM), CTECHSABAHE HA AMXATENHUTE NHTHLIA (OpOoHXOCNA3bM ), XPHITIOBE, KALLITALA,
3alyX (AUCITHES )

CromalliHo-4peBHH HAPYUIEHHSA: NTOBPbLIAHE, AWapUs, JUCKOMPOPT B kKopemHaTa 00/1acT, ycellaHe 3a
NOBJHTaHE (rajaeHe)

HapyuieHds Ha KOXaTa H MOAKOXKHATA TbKAH: ycellaHe 3a UH3TPbNBaHe HA IMLETO, NOAYBaHE HA
JIMUETO, €3MKa U YCTHHUTE (aHMMOESAEM ), KONPHBHA TPECKa No UsI0TO TAO (YPTHKapHs), Cbpbex

(MpypUTYC)

O61un HapylIeHHs U eeKTH HA MACTOTO Ha MPHJIokKenHe: 60Kka Ha MSCTOTO Ha HHXKeKTHpaHe, o0LUO
HEPA3OJIOKEHHE, YCellaHe 3a ropelMHa, BTPUCaHE, Tpecka, D0aKa B rbpauTe, AMCKOMGPOPT B rpbAHATa
obnacr

H3cneaBannf: NOHXKABAHE HA KPLBHOTO HANAraHe, MOBULLEHW HHBA Ha GuOpuHOB [1-aHmep B KPbBTA

bbp3ara HHTpaBeHO3HA UH(Y3HSA MOXKE a8 NpeAN3BHKA MPOHHK3BalLa O0NKA U YCEUIaHEe 3a H3TPBIIBAHE Ha
NHUETO H KpatHUUUTE, KAKTO U MOHUXABAaHE Ha KPbBHOTO HasiraHe.

Ciien NpUNOKEHUETO Ha J103M Hal MaKCHMalHaTa AHeBHA 032 WKWK NPOABIIKHATEHO NPHI0KEHKE,
W/WIM HaHYMe Ha PHCKOBH (akTopH 3a Tpomboembonus ca HabsiionasaHu ciiyuyad Ha HH(PAPKT Ha
MHOKapJa.

C'I:OﬁlllﬂBﬂHE HA HERCJIAHH DCAKIIHH

AKO NMONYYHATE HAKAKBH HEXENAHHW 1EKAPCTBEHH peakuyu, yeeagomerte Bawns nexap, Tosa BirouBa U
BCHYKH Bb3MOXHH HEXKECJIAHM peaKUMM, HEONTHCAHH B TasK JMcTOBKa. MoxeTe cblio Ja chobuivTe
HEXENaHH PEaKUWH AUPCKTHO 4PEe3 HatMOHAIHaTa CUCTEMA 3a ¢hoblasane B U3nbauuTenHa areHumMa no
nexapceraara, yi., ,Jaman | pyes” Na 8, 1303 Codus, ten.; +359 2 890 3417, yebcakt: www.bda.bg. Karo
CbOOLIABATE HEWENAHM PCAKLMK, MOXETE /1a AaAETE CBOA IPHHOC 3a NOJly4aBaHe Ha NoBeye HHOopMaLus
OTHOCHO §€30MacHOCTTa Ha TOBA JEKAPCTBO.

5. Kak aa chxpansBate PEHBA
Jla ce chbXpaHsBa Ha MSCTO, HEROCTBIKO 3a AeLa.

Ha ce cexpansBa noa 25°C. Jla He ce 3aMpa3ssba.
Jla ce cbxpaHaBa B OpHI'MHANIHATA ONAKOBKA, 33 Aa Ce [PSAna3n OT CBETIIHHA.

He u3non3BanTe ToBa JCKAPCTBO CJICI CPOKd Hd NOJHOCT, o1benga3an BbpPXY CTUKCTA H KAPTOHCHATA
onakoska caea ,l oaes j10:™, CpOKbT Hd NOJHOCT OTIO84pAa Ha N10OCJICAHHAA ACH OT NOCOYCHHA MCCCL.

He naxpbpasiiTe iekapeTsaTta B KAHANM3aUMATA UK B KOHTEAHEPA 3a AOMaIlHK oTnaabuM. [Tonuratite

Baluus cbapmaueﬂ'r KdK A4 H3XBLPAATC JICKAPCTBATA, KOUTO BCHC HC HU3NON3BATC. Tesu MCPKH LIC
CMMOMOrIHAT 3a ONa3BdHC Ha OKOJIHATA CpClla.




6. CbabpiKaHHe Ha OIIAKOBKATA H JONLJAHATEAHa HHGOPMAaLus
Kakso cbabpika PEUBA

[1pax
— AKTHBHOTO BeW{ECTBO BbB (h1akoHa € aKTUBHOCT, 3a00ukansawa nexudburopa Ha ¢axrop VIII.
— 1 m! ¢uabpxa 100 U akTuBHOCT, 3a00mnxanawa nixuburopa Ha daktop VIII.
- ®ENUBA 100 U/ml ce npeanara B TPH pasiin4yHy ONAKOBKH:
- Onakosxata 500 U ®EMBA cbiabpxa 500 U (eanHUUM) aKTHBHOCT, 3a00MKandlia
HHxuburopa Ha aktop VIl B 200 — 600 mg 4oBELUIKK NNa3MeEH MPOTEHH.
~ Onakoskara | 000 U ®EMBA cbiabpxa 1 000 U (eaunnuu) akTHBHOCT, 380061 KansLLIa
uHxubOutopa Ha pakrop VI 8 400 — 1 200 mg 4yoBelKH Naa3MEH MPOTEHH.
- Onakoskara 2 500 U ®EUBA cbabpxa 2 500 U (eauHHLM) aKTHBHOCT, 3a06HKansALIa
uHXHOuTOpa Ha dakrop VIII 8 1000 — 3 000 mg yoBEWIKH NNA3MEH IPOTEHH.

®ENBA Cbabpxa ¢bluo daktopu 11, 1X u X npeanMHO B HeakTHBHpaHa Qopma, KakTo H
akTBupaHd dakrop VII. KoarynaunoHHuat antured Ha gaxrop VI (FVII C:Ag), kakTo ¢
dakTOpuTE Ha KA. IMKPEHH-KUHHHOBATA CHCTEMA €A HAJIMYHM CAMO KaTO CJIEAH HIIH H300110 He ce
CbAbPXKAT.

— JpyruTte cbCTaBKH ¢a HATPHEB XJIOPHA H HATPHEB LIUTPAT.

PastBopHTEN
- Boaa 3a HHXEKUHH

Kak marnexaa ®PEUBA u KakBo cbabpka ONaKoBKaTA

[TpoaykTbT ce npei.1ara 1o dopmara Ha JTHODHUIN3UPaH (IPaxX HilM POHIWBO TEbPAO BELWIECTBO ¢ Oan A0
Genesnukas Uiy 6Je03¢/1eH UBAT. ["oTOBUAT 3a ynoTtpeba pasTsop € ¢ pH mMexay 6,5 u 7,3.

[IpaxbT W pasTBOPUTEIAT CE NPEAOCTABAT BbB (1aKOHH, W3pabOoTeHH OT CTHKIO U 3aTBOPEHH ¢ NYMEHH
3anyLalKH.

Buo onaxoexa: |1 x 500U
] x 1000 U
] x 2500 U

He BcHYKH BHAOBE ONAKOBKH MOraT Aa Objaar nycHaTH Ha nasapa.

CouabpixaHHe HA ONAKOBKATA:

- 1 dnaxod ¢ 500 U/1 000 U72 500 U ®EHBA npax 3a nHQy3HOHEH pa3TBOp
- | nakon ¢ S ml/10 ml/25 ml Boaa 3a nHxkexMH

- 1 BAXJECT II Hi-Flow 3a pa3reapsiHe

- | cnpuHLOBKA 3a eAHOKpAaTHA yinoTpeba

- 1 urna tun “OvTepdaan™




[IprTexaTen Ha pajpeineHHneTo 3a ynorpeba u npoH3IBOAHTE

[IpuTexcaTen HA pa3pelIeHHETO 38 ynoTpeda
Baxalta Innovations GmbH

Industriestrasse 67

A-1221 Vienna

ABCTpHUA

[Ipon3BoauTen

Takeda Manufacturing Austria AG
Industriestrasse 67

1221 Vienna

ABCTpHA

To3H AeKapCcTBEH NPOAYKT € paipelneH 38 ynorpeba B Anpxasure — wieHKH Ha EBponeilickoTo
HKOHOMHYECKO NIPOCTPAHCTBO, NOA CJIEIHHTE HMEHA!

ABCTpHA

FEIBA 100 E./ml Pulver und Lsungsmittel zur Herstellung einer Infusionslésung
bbarapus

FEIBA 100 U/ml powder and solvent for solution for infusion
Fepmanusn

FEIBA 500 E konzentriert

FEIBA 1000 E konzentriert

FEIBA 2500 E konzentriert

I'bpuns

FEIBA 100 U/ml x6vi xai S1aAdng yia StGAvpa npog £Y(uoT)
JlaHun

Feiba

EcTronns

FEIBA

Hpaanaus

FEIBA 100 U/ml powder and solvent for solution for infusion

Hcnanan
FEIBA 100 U/ml polvo y disolvente para solucion para perfusion

Kunsp

FEIBA 100 U/ml kovig ko SreAdTng yia SidAvpa mpog Eyyoon
JIaTBHAH

Feiba 100 V/ml pulveris un $kidinatajs infliziju 3kiduma pagatavo3anai
JIuTBA

Feiba 100 V/ml miltehiai ir tirpiklis infuziniam tirpalui

Maara

FEIBA 100 U/mi powder and solvent for solution for infusion
Hupepaanana

FEIBA 100 E/ML., poeder en oplosmidel voor oplossing voor injectie
HopBerusn

Feiba

PymbHHA

FEIBA 100 U/ml powder and sclvent for solution for infusion
Ciaosakus

FEIBA

CioBenun

FEIBA 100 e./m] pradek in vehike! za raztopino za infundiranje

t0




DuHJIaHANA
Feiba

XnpBaTcKa

FEIBA 100 U/ml prasak i otapalo za otopinu za infuziju
Yexun

FEIBA

HIseuns
Feiba 100 enheter/mi pulver och vétska till infusionsvitska, 16sning

daTa na nocaeano npepasriexaaHe Ha ancroskata 03/2024

g T e e e T L. T L T L L. T P T L 3 F T TR e a T - 1 N N Ty S T T Y r oy Yy o F FFrF F ey sty ey Yy r ¥yt T T ]

[TocoueHaTta 110-10.1Y HHCPOPMRIIHH € NPpCIHAIHAYCHAE CaMO 32 MCIHIHHCKH CIICLHAJOHCTH.

Jleuenuneto TpaGBa Aa Ce NPSANPUEME U KOHTPOIHPA OT JIEKAD ¢ ONKT B JIEYEHHUETO Ha HAPYLUEHHS Ha
KPbBOCHCHPBaHETO.

Ho3npoBka

,HOBHPOBK&TH H NPOAL/KUTCITHOCTTA HAa JACUCHHUETO 3aBHCAT OT TEXECTTa HA XCMOCTATHHHOTO
HapyLIEHHUE, AOKANTH3alUHATa N CTCNEHTA Ha KPbBOHU3JIMBE, KAKTO H OT KNIHHUYHOTO ChCTOAHHE Ha
[TalluCHTA,

JIO3UpOBKATA K YECTOTATA HA NPUJIOKEHHME TpAOBA BUHATH j1a C€ ONPEAS)IAT cnopel KIMHHYHATA
e(UKacCHOCT BbB BCEKH OTAEJICH CNYyYah.

Karto obwio npasuJio ce iipenopbuea ao3a or 50— 100 U OEUBA na kg TenecHo Terno (T.1.), 6e3 obaue
Na ce HaaBxiaBa oTae1Ha ao3a ot 100 U/kg TenecHo Terio ¥ MakcumanHa adesHa ao3a ot 200 Ukg 1.1.,
OCBEH aKO TEXECTTa HA KPLBOUIIMBA HE M3HCKBA U HE OlIPABAABA U3M0/13BAHETO HA NTO-BUCOKH J03U.

[lopaau cneundryHM 3a OTICNIHMTE NaUMEHTH HaKTOPH, I10BIHABAHETO OT CpeacTBaTa, 3a00HKanAlLH
HHXHOMTOpA MOXKE /1A € Pa3/IM4HO, KATO NPH AAACHO KbPBEHE NALUECHTUTE, KOUTO HE CE NOBHABAT
ROCTATBHHO OT €AHO CPEACTBO CE NIOBAUABAT OT Apyro. B cayuait Ha HEAOCTATHYHO MTOBIHABAHE OT €HO
CpeAcTBO, TpabBa Aa ce obmucau ynorpedara Ha Apyro.

[lecduampuuna nonynrayus

OnuTsT NpH A€uUa Ha Bb3PacT NoA 6 roddHH € orpaHuyeH. JIO30BHAT peXXUM I1PH Bb3pacTHH TpsabBa aa
Obae apanTHpaH KbM KJIHHHYHOTO CHCTOSHHUE Ha JIETETO.

1) CnonTaHeH KPLBOH3JINS

CTaBHH, MYCKY/IHH H MCKOTHLKAHHH KPLBOH3/1UBH

[1pu siekn N0 YMEPEHO TEXKH KPbBOHIIMBHU CE IpenopbyBa 1034 oT 50 — 75 U/Kg TeNnecHo Terno Ha

| 2-yacoBH HHTEPBAIK. JleyeHneTo TpsabBa aa NpOABbIKKU 10 ABHO NOACOPEHHE HA KTHHUYHHTE CHMITTOMM,

Halp. HaM4.1ABaHC HA 00.1KaTa, CliajlaHe Ha 0TOKa H.IH PA3ABHIXBAHEC Ha CTaBaTA4.

I1py TEXKH MYCKYJIHH U MEKOTBKAHHH KPBLBOU3JINBU, HAIIp. PETPOINEPUTOHEANIHH CE npen
100 U/kg TenecHo rerno Ha 12-4acoBY HHTEPBAJIHM, R

KpbBOH3JIHBH OT JIHTABHILH
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[Ipenopbusa ce no3a ot 50 U/kg renecHo Terno Ha Bcek 6 yaca npy BHUMATEIHO HabmoaeHKe Ha
naurMeHTa (Bu3yaneH KOHTPOJ Ha KpbBOW3IKHBa, NOBTOPHO ONPEACAsSHE HA XEMATOKPHTa). AKO
KDPbBOM3AMBBT HE CNIKpa, J03aTa Moxe Aa Obac yeanudeHa no 100 U/kg TenecHo Terino, 63 obaue na ce
HaABULIABA JHeBHA J03a oT 200 U/kg TenecHo rerJio.

JApyru TeXKKH KPbBOH3. IMBH

[Ipn TexkH KpbBOM3HMBH, kaTo Hanpumep B LIHC ce npenopbusa so3a ot 100 U/kg TenecHo Terso Ha
12-yacoBu HHTEpBAIM. B oTaeanu cnyyan GEMBA Mose 1a ce NpHIoKH Ha 6-4aCOBM HHTEPBANH 10
MOCTHUTaHEe Ha ACHO U3pa3eHO KJIHHNYHO noaodpenue. (He Tpsabsa 1a ce HaaBHIIABA MAKCHMAITHATA
AHeBHa no3a ot 200 U/kg Tenecxo terno!).

2) XHpPYPrUYHH ONnepanuy

[IpH XMPYPrUyHH HHTCPBEHLUHHY, NIPEAONEPATUBHO MOXE A& Ce NPUI0KH bpBOoHavanHa no3a ot 100 U/kg
T.T., KaTo caen 6 — 12 yaca MOXKe /1a C€ NPUIIOKH A0NbJAHKTeNHa J03a oT S0 — 100 U/kg TenecHo Terno.
Kato cneponepatuBha noaabprialua A03a Mmoxe aa ce npunarat 50 — 100 U/kg TenecHo Terno Ha

6 — 12-yacoBM HHTepBanu. JIO3UPOBKATA, HHTEPBAIKTE MEXY A03UTE ¥ NPOABIIKHTEIHOCTTA HA NIPEA- H
CIeAONEPaTHBHOTO JICHCHHUE CE& ONPEAEAT CIOPEA XMPYPryuHaTa HHTEPBEHLUS, 0OLOTO CHCTORHHUE HA
nagMeHTa M KIHHHYHAaTA epHKACHOCT BbB BCeky otaeneH chyyail. (He tpabsa na ce HaasKuasa
MaKCHMasHaTa aiesHa jo3a or 200 U/kg T.1.!).

3) [IpohbHIAAKTHKA [IPH NAUMEHTH ¢ XeMO(PHIUA A ¢ HAJTHYHE HA HHXHOHTOPH

- [IpoduaakTHKa HA KPLBOH3JAHBHU NMPH NAHHEHTH ¢ BACOK THTbP HA HHXHONUTODH R HeCTH
KPBHBOM3JIHBH (/1€ HeYCNellHa HHAYKUHSA HA UMYHeH ToJsiepaHc (ITI) HiaK KoraTo He e
obmucasna ITI:

[penopsusa ce j103a ot 70 — 100 U/kg TestiecHo Terao npes aex. [1pn HeobXoaKMOCT A03aTa MOMXKE
na 6wvae yeeauvuena go 100 U/kg resiecHo Ter:io Ha AeH viM aa Obae HaManeHa NOCTEeNEHHO.

- [IpopuiakTHKa HAa KPLBOH3JIUBH NPH NALHEHTH ¢ BHCOK THTbLP HA HHXHOMTOPH 110 BpeMe Ha
HHAYKIHA HA HMYHeH Toaepanc (ITI):
GEUBA Moxe aa ce npunara easospeMeHHo ¢ ¢axktop VI B ao3u ot 50 — 100 U/kg TenecHo

TErno ABa MbTH AHEBHO, JOKATO TUTBPLT HA UHXUOUTOPHUTE HA PakTOop VIII He ce MoHuXH
a0 <2 BU. *

* 1 berezaa eaunnua (BU) ce onpeaneins xato KOAXYECTBOTO aHTHTENE, KOETO HHXUOKHpa S0% ot
akTBHOCTTa Ha thakTop VIII B nnkyGupana naasma (2 h npu 37°C).

4) Ynorpe6a na ®ENBA npu cneunajnu rpynu nauHeHTH

OEMBA e n3nonssal cbluo B KOMOHHAUMS ¢ KOHUEHTPAT Ha hakTop VIII 38 AArOCPOUHO JEUEHHE ¢ LeN
NOCTHIaHE HAa MbJHO ¥ NOCTOSHHO €AWMHHHpPaHe Ha UHXUOWTOpa Ha dakTop VIII.

Habnrwooernue

B cayuail Ha He0CTaTLYHO NOBJIKABAHE OT JICUEHHUETO € NPOAYKTA CE [IPENopbYBa onpeaAcaaHe Ha oS
Opo# TPOMOOUUTH, Thit KATO CE CUHMTA, Ye 3a 12 UMa ePHUKACHOCT € HeobxoanM gocraTbueH Gpol
(YHKLHOHANHO MbJHOUCHHHN TPOMOOLHTH.

[lopagn CAOKHHMSA MEXAHH3LM HA ACHCTBHE HE € Bb3MOXKHO NPRKO HaON0ACHHUE Ha a
KoaryiaunOHHHUTE TECTOBE, KATO Hanpyumep speme Ha cscupsane (WBCT), tpomb
r-CTORHOCT) ¥ aPTT, 0OMKHOBEHO NMOKAa3BaT camo JIEKO CKbCSABAHE U HE €A HernpeM



KIHHHAYHATA Ed)H KaCHOCT. 33T{JBH HMAT OI'paHA YEHO 3HAYECHHUE npn KOHTPUHHPB.H& Ha JICYCHHCTO C
DOENBA.

Hauun na npunoxncenue

OEMBA ce npunara 6asi0 HHTPaBEHO3HO. OEWBA Tpa6Ba na ce BIMBa CbC CKOPOCT HA HHAY3HA OT

2 U/kg TenecHo terno B MuHyTa. [1py naymMeHTH, KOWTO rnoHacaT gobpe ckopocrtra Ha HHGY3us ot 2 U/kg
TENECHO TErN10 B MUHYTa, NPH CICABALLHTE HHDY3UH CKOPOCTTAa MOXKE A4 C€ YBEJIHYM 10 MAKCHMYM

10 U/kg TeaecHO TeI10 B MHHYTA,

OEMEBA Tpabea fa ce pa3TBOpPH HENOCPEACTBEHO NIPEAH TpUIIokeHne. Pa3TBopbT TpabBa 1a ce H3Non3Ba
He3abaBHO (TbH KaTo NPOAYKTHT HE CbAbpXkKa KOHCEPBaHTH). He u3noaspalTe pa3tBOpH, KOUTO Ca MBTHH
WK UMAT oTharaHus. HeusnoaspaHusaT NpoayKT WM OTNAAbYHUTE MATEPHANHN OT Hero TpsabBa 1a ce
U3XBBPIAT B CbOTBETCTBHUE C MECTHUTE H3UCKBAHUS,

KOHTPBHHPHHE HA JJCUYCHHETO

He Tpabea na ce naasvwasat otaendun ao3u or 100 U/kg tenecHo terno u aiesHy nosu ot 200 U/kg
tenecHo Terno. [launenture, Ha kouto ce npuaarar 100 U/kg TenecHo Terno wiv noseue, TpsadBa na
Objar Habaoaasaun BHUMATENHO, 0cobeHO 3a passuTue Ha WK u/unu ocTpa KOpoHapHa HCXEMHS, KaKTO
U 32 CHMNITOMH Ha APYry TPOMBOTHUHH UK TpoMBoeMBonHUHH cbOuTHA. Bucoku ao3u ®EWBA Tpafsa
14 ce npunaraTt caMo J0KaTo € abCoMOTHO HEODX0ANMO 3a CIHpaHe Ha KPbBOHU3AHBA.

AKO Bb3HHKHAT KJKWHUUYHO 3HAYHMMH NPOMEHHK B KPBLBHOTO Ha/NAraAHE WK MyJ1ICOBATa 4E€CTOTA,
pecrnupaToper AUCTPEC, KalIHLA WK rpbiHa Dosika, Edy3uaTa Tpsadsa aa Obae cnpsHa He3abaBHO U fa
Ce NpeANpHEMaT ChOTBCTHY AMATHOCTHYHH M TepaneBTHYHYU MepkH. JlabopaTopHuTe pe3yaTaT,
nokasarentu 3a JJMK ca nioHnxaBaHe Ha pubpuHoOreHa, noHnxeH o6 6poi TpoMOoLNTH W/ MK HATHUKE
Ha NPOAYKTH OT pasrpaxiaHeTo Ha pubpuna/pubpunorena (FDP). Ipyr nokasarein 3a JIMK e sicHo
H3PA3CHOTO YAb/DKABAHE HA TPOMOUHOBOTO BpeMe, poTpoMOWHOBOTO BpeMe WK aPTT. [Ipn nauxenTy ¢
XeMOQHUAKA ¢ HHXHOUTOPH MaK ¢ npuacduTH HuxubuTopu Ha akropu VIII, [X u/man X1, OCHOBHOTO
3abongBaHe yAbaxasa aPlT.

[Tpunoxenuero Ha PEUBA npu naunenTy ¢ HHXHOMTOPH MOXeE /14 J0BEE A0 MbPBOHAUAIHO
aHAMHECTHUYHO NOBHLICHHE B HABATa Ha HHXHGKHTOpHTE. [Tpy npoabmkuTenHo npunoxenue va GEVBA,

HHXHOUTOpHUTE MOXE Aa Ce NOHUXKAT € BpeMeTO. OT KINHUYHUTE U IUTEPaTYPHHTE AAHHH CE NMpeAanoJiara,
ue epukacHocTra Ha PEUBA He ce Hamanasa.

[1pun nekyBann ¢ PEUBA naunenTn ¢ xeMopuiing ¢ “HXUHOUTOPH UM € NPHAOOHUTH HHXHOUTOPH Ha
KOAaryiatHoHHUTe GakTopy, MOXkKe a UMa NOBHLLEHA CKIOHHOCT KbM KPbBOH3JIUBH, KAKTO H
€/\HOBPEMEHHO C TOBA — MO-BHCOK PUCK OT Tpombo3a.

JIabopaTopHH H3C/1eABAHHA M KJIMHHYHA ePHKACHOCT

[n vitro TecToOBETE 3a JOKa3BaHe Ha epuKacHOCT KaTo Hanpumep aPTT, speMe Ha ¢cocupBane (WBCT) u
Tpombenactorpama (11:(3), He CLOTBETCTBAT HENPEMEHHO Ha KJIMHUYHATA KAPTHHA. 38TOBA ONHUTHTE Ad
ObaaT HopMaNH3UPaHH TE€3U CTOMHOCTH Yypes yBenyuaeane Ha ao3ara Ha PEWUBA Morar aa ce okaxar

HCYCNCWHHK H JaXC CC OTXBBPAAT, NOPaJH IOTCHUHA/IHKWA PHCK OT Pa3BUTHC Ha ,[[MK HPE3 NPCAO3INPAHC.

3Havenue Ha obwun Opoii TpomGOLMTH

“ “";""""-HH
B cnydyal Ha HeqoCTaTLUYHO noBauaBaHe ot jieueHHeTo ¢ DEUDA ce npenopbuba onp {mﬁﬂm
Opoii TpoMBouunTy, T KaTo 3a epuxkacHocT HAa DEUBA e neobxonum pocrarbueH
[MbJIHOLEHHH TPOMOOLIMTH.
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Jledenne HAa nanHeHTH ¢ xemopuua B ¢ najiuune HAa HHXHOMTODH

OnuThLT Npy NauueHTH ¢ XeMoguaus B ¢ Haimuue Ha MHxubuTopu Ha dakTop [X e orpaHuueH, nmopaau
PAAKOTO pasnpocTpaHeHue Ha 3abonsBaketo. [leTUMa naUMeHTH ¢ XxeMopuIus B ¢ HanuyHue Ha
UHXUOUTOPH Ca JIEKYBAHH ¢ GEUBA no BpeMe Ha KITHHHYHMTE H3MHTBAHUS HA JIEYUEHHETO NIPH
MOMCKBAHE, MPOMUNAKTHKATA MK 32 XUPYPIrUuiHH HAMECH,

B npocnekTUBHO, OTKPUTO, PAHAOMH3UPAHO, NAapasIeSIHO KJIMHUYHO NPOYUBAHE MPH NALHEHTH C
xeModuaus A nin B ¢ HaMuKre Ha nepcucTupalld BUCOKW THTpHU Ha anTutena (090701, PROOF),

36 mauueHTH ca paHAOMH3HPAHH KbM NPOPHUNAKTUYHHO JIEHEHHE ¢ NPOABMKUTENHOCT 12 Mecena £+ 14 aHu
WKW KbM JICUEHHE NPH 1IOMCKBAHE. B paMOTO Ha npoduiiakTvkara |7 nauMeHTy ca npueMaiu

85 = 15 U/kg OEMBA, npunaranu npes ieH, a B paMOTO Ha JIEHEHHETO NIPH NOMCKBaHe 19 nauueHTH ca
NEKYBAaHHW WHAMBHUAYAJIHO NO NPEUEHKA HA nekaps. B paMOTO Ha ieyenreTo npy NOUCKBAHE ¢a JIEeKYBaHU
ABaMa NalHeHTH ¢ XeMOQHIIUA B ¢ Hannyine Ha MHXWOMTOPH, a B paMOTO Ha NpogMIaKTHKaTa — EAUH
nauveHT ¢ xemodpunus B. Meauanara Ha ABR (cpeaHoroianiuina YectoTa Ha KPbBOU3IJIMBU) 38 BCHYKH
BUA0BE KPbBOU3JIUBH I1PH TALUEHTHTE B paMOTO Ha npoduiakrvukaTta (MeanaHa Ha ABR =79) e
No-Malika OT Ta3M fMpH NaUHEHTUTE B paMOTO HA JICHEHUETO Npi NOKCKkBaHE (Meanana Ha ABR = 28,7),
KOETO Bb3au3a Ha 72,5% nonuxkeHue B meamaHara Ha ABR mexay pamenara.

B apyro npoBeaeHO NPOCNEKTHBHO, HEUHTEPBEHUKOHANHO, HADMIOAATETHO NTPOYYBAHE HA
nepuonepatHBHaTa ynorpeba na ®EUBA (PASS-INT-003, SURF) ca u3sbpliueHH 06110 34 XHpYpruuHHy
npouedypu npu 23 nauuedtu, [ToeeveTo nauneHTH (18) ca UManu BpojaeHa xeMODHIHA A C HATHYHE HA
HHXHOWTODH, ABaMa ¢ XxeModuing B ¢ Hanuupe Ha HHXHOUTOPY Y TpUMA C NpHACOHUTA XeMOpUIus A ¢
HalMuWe Ha HHXUOHTOPH. [1pOIbKUTENHOCTTA Ha excriosnLmMaTa Ha OEUBA sapupa ot 1 a0 28 AHH Che
CpelHa CTORHOCT 0T 9 jiu M MeanaHa oT 8 axu. Cpeaxara kymynatieHa po3a e 88 347 U, a MmeguaHara
Ha no3ara — 59 000 U. I1pn naunenTuTe ¢ Xemoduana B ¢ Haanvne Ha BHXUOHTOPH
Hali-poAbKMTENHaTa ekcro3snums Ha OEVBA e 21 auu, a makcumanHara npunoskeHa no3a — 7 324 U,
OcBeH ToBa ca cbobuienu 48 cnyuas, B kouto ®EMBA e uznonzsau 3a neueHue 1 npoduaaKkTHKa Ha
KPbBOU3AUBY MPU NAUKUCHTH ¢ XeMOoDHana B ¢ Hastnune Ha HXMOWTOp Ha dakTop IX (34 nauMeRTH C
xeMo(unus B ¢ Hanuyne Ha MHXUOUTOPH Ca JIEKYBaHH [IPK NOUCKBAKE, ILECTHME — MPOMHIAKTHYHO ¥
OCEM — [TPH XHPYPTHUYHH [1pOLEAYPH ).

[ToHocumocTTa U Gesonactioctta Ha GEUBA, pasTBopen B o61uuacH uinn 50% namanes o6eM u ¢
no-6bp3K CKOPOCTH HA UHGY3HUA, NPK NAKEHTH ¢ XeMODHAHSA C HATHUYKE Ha HHXHONTOPH Ca H3C/IEABaHH
B POCMEKTHBHO, OTKPHTO K PAHAOMHU3UPAHO KppeTocakno npoydsade (091501). Tpuaecer u TpuMa
NauHeHTH €a JIEKYBaHH, a JBaJACCET U OCEM NAaUKMEHTH Ca 3aBbPLIMIK NPOYYBaHeTo, B npoyuBaHeTo
OENFBA ce pastaps B 50% Hamanen o6em (koruenTpauus 100 U/ml) u ce BaHBa HHTPABEHO3HO ChC
ckOpocTH Ha HHPy3us oT 2, 4 u 10 U/kg/min B o6o3naveHara ao3a ot 85 U/kg + 15 U/kg 3a BcHUKH
nauneHTH. [TbpBUYHKMTE KpaHM TOUKM ca MOHOCHMOCT H Oe3onacHocT ¢ 50% HamaneH obeM (MMoBHLLIEHa
KOHUEHTpaLHA) IPH CTaHAAPTHA M NOBHILEHA CKOPOCT Ha HHDY3us. [IpoyuBaHeTO nokasa, ue KakTo
no-sHcokarta koHueHrpalya (100 U/ml), Taka u no-sucoknTe ckopocTu Ha Hudysns (4 1 10 U/kg/min) ce
noHacsaT 106pe 1 ue npoduibT Ha HezonacHOCT € cpaBHuM B 00o3Hauenara 103a or 85 U/kg + 15 U/kg.
Ilaunenture, KOMTO ca noiyuuin 50% HamasieH obemM (MOoBULLIEHA KOHUEHTPpAUUA) MPH CTaHIapTHA
CKOpocT Ha HHPY34a oT 2 U/Kg/min, ca uMaiu ¢X01Ha YECTOTA HA CRBP3aHHMTE € JICYEHHETO HEXKETAHH
cxOuTHA (treatment emergent adverse events, TEAE) B cpaBHeHHUE C TE€34, KOUTO ca NOAYYHIH oOHYaHHNSA
0bem (konuenTpauns 30 U/ml) npu cbiara ckopocT Ha UHDY3UA. [1pn cKOpoCT HA HHPY3HUA OT

4 U/kg/min He ca aok.1a;18aHH ¢Bbp3aHn TEAE. [Ipu nauneHTUTe, KOMTO ca noayuunn 50% HamaneH
obem (100 U/ml) npu ckopoct Ha nudy3sus ot 10 U/kg/min, € Bb3nukHaio 1 cBbp3aHO HECEPHO3HO
TEAE. OcseH TOBa 11pH HALMEHTHTE, KOUTO ca noiyqniu 50% namaneH obeM (noBHLIEHAA i)
[Py NOBHIUEHU CKOPOCTH HA NHDY3us OT 4 ¥ 1) U/kg/min, He ca BL3IHUKHANK cepuos
Ha CBPbXYYBCTBUTEIHOCT, PEAKLIUH HE MACTOTO Ha HHQY3us, TpoMOOTHUYHH TEAE

A0 CIIUPAHE Ha JISYEHUETO WJIM [IPEeKpaTsaBaHe HA npoy4BaHeTo. KaTo usano HabnoRaAk
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npoyuBaHeTo TEAE cborsercrpaT Ha no3HaTHA npodui Ha 6€30MacHOCT Ha OENUBA npH nauueHTH C
XEMOQHIHA C HAIMYKE Ha HHXHOKWTOPMU.

B oTKpHTO, HEKOHTPO.I¥paHO, HEHHTEPBEHUHOHANHO HadoaaTeNHO npoyyYBaHe 3a 0€30nacHOCTTa Ha
GEWBA crnen n3aasane Ha paspelueHie 3a ynotpeba (PASS-EU-006) 75 nauuenTy (cpeaHa Bu3pacT

34,8 roguHK, 70 MBbKE ¥ 5 KEHH), OT KOUTO 73 € XeMOPUIUA A C HAIMYHE HR HHXHONTOPU H 2 C
xeMothuans B ¢ Haanune Ha uHXUGKTOPH, ca nexyanyu ¢ ®EUBA. Ot 65 naunenTy ¢ BpoaeHa
xeMouauna 63 ca ¢ BpoacHa XeMopUIUs A, a 2 — ¢ BpoacHa xeMo(usina B. B Ha4anoto Ha npoyvBaHeTo
na 43 nauneHTy e 611 npeanucan PEMBA 3a npodunaxrtuka, a Ha 32 — ®EHBA 3a neuenue npn
noucksaHe. [10-BHcokn CkopocTH HA MHPY3HUA (>2 U/kg/min) ca uznon3Bann npy 6 NeAHaTPHU4HH
NaUHEHTH Ha BB3pacT Mexay |11 Meceua v 11 roanHH ¥ npu 5 ©OHOLIK Ha Bb3pacT Mexay 13 u 16 roauum.
Ot 320 uHdy3K € HAIKMYHA CKOPOCT HA HHY3UA 11pK 7 NEAHATPHYHHU H 6 IOHOLLECKH NaUKEHTH UMA

129 uady3nu (40,3%) n1py 2 nauneHTH (4 ABamMarta NeAMaTpUUHU) CbC CKOPOCT HA HHQPY3UA

>10 U/kg/min, 26 unudyzunn (8,1%) npu 7 nauneHTH (4 neAUATPHUYHHM; 3 HOHOLIK) CbC CKOPOCT Ha HH(Y3HUS
>4 y <10 U/kg/min, 135 undysnn (42,2%) rnpu 7 naumedTy (3 negnaTpuuHH; 4 10OHOLIHN) CbC CKOPOCT HAa
nHdy3ua >2 n <4 U/kg/min u 30 uudpysnu (9,4%) npu 3 naunentu (1 neaunarpuuieH; 2 KOHOLIH) ChC
CKOpOCT Ha HKHy3us <2 U/kg/min.

MMa cbluo eAHHHYHK cboOLWEHHA oTHOCHO ynoTpebara Ha ®EMBA npu ne4eHHeTo HA NalHEHTH C
npuaobut HEXuburopu Ha gaktopu X, XI u XIII.

B peaku cnyda, OEUBA Moxe CbLLO fia Ce H3N013BA [Py NauMerRTH ¢ HHXUOUTOPU Ra (akTop Ha von
Willebrand.
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